Aggressive angiomyxoma is a distinctive, locally aggressive, mesenchymal tumor that preferentially involves the pelvic and perineal regions of females with a peak incidence in the 4 th decade of life. The neoplastic cells of aggressive angiomyxoma exhibit fi broblastic and myofi broblastic features and appear to be hormonally infl uenced. There is a strong propensity for local recurrence. The recurrence may be seen years after the initial resection; hence, long-term follow-up is required. We report a case of a 22-year-old woman with a huge pedunculated aggressive angiomyxoma arising from right labia majora.
Introduction
Aggressive angiomyxoma (AA) is a rare myxoid mesenchymal tumor of the genital, perineal, and pelvic region, occurring in adult women. Steeper and Rosai first described AA in 1983 as a rare, slow-growing locally infiltrative neoplasm. [1] Histology is characterized by a hypocellular tumor with myxoid stroma and an abundance of thin-and thickwalled vascular channels. The tumor cells are positive for desmin, smooth muscle actin, vimentin, and oestrogen and progesterone receptor. Some tumors are positive for CD34, whereas S100 is invariably negative. Few tumors show a nonrandom involvement of chromosomal band 12q15. Primary surgical resection is the treatment of choice, although treatment with gonadotropin releasing hormone agonists is an emerging therapy.
Case Report
A 22-year-old woman presented with a gradually increasing huge pedunculated mass arising from right labia majora [ Figure 1 ] since 2 years. The clinical diagnosis was lipoma. Surgical excision was done. We received skin covered pedunculated mass measuring 8 × 8 × 5 cm. The overlying skin showed multiple ulcers. The cut surface was gelatinous, myxoid [ Figure 2 ]. Microscopy showed a hypocellular tumor comprised scattered spindle to stellate-shaped cells having bland nuclei with ill-defined cytoplasm and numerous haphazardly arranged variably sized blood vessels set in abundant myxoid stroma [Figures 3 and 4] . No nuclear atypia or mitotic figures were noted. The diagnosis of aggressive angiomyxoma was rendered.
Discussion
AA is most often found in the lower pelvis, more specifically the genital, perineal, and pelvic region. [2] In men, it occurs over a wide variety of sites such as perineum, scrotum, spermatic cord, and inguinal region simulating inguinal hernia, testicular/ spermatic cord neoplasm, hydrocele, or spermatocele . [3] The female: Male ratio is 6:1.
[2] The peak incidence is during the 4 th decade. Tumors occurring during pregnancy have a rapid growth owing to increased estrogen and progesterone production during this period. [4] The patients present with a slow-growing mass, accompanied by regional pain, a feeling of local pressure, or dyspareunia. AA is often clinically misdiagnosed as Bartholin's cyst, labial cyst, vaginal polyps, myxoma, lipoma, or vaginal prolapse. [5, 6] Early recognition requires high index of suspicion.
On computed tomography (CT) scan, these tumors have a well-defined margin with attenuation less than that of muscle. On T1-weighted magneticresonance imaging (MRI), these tumors are isointense or have low signal intensity, and have whorled pattern of high signal intensity on T2-weighted MRI. This may be related to the loose myxoid matrix and high water content of angiomyxoma . [7] The tumors frequently are large, lobulated, and are nonencapsulated with finger-like projections infiltrating the surrounding soft tissues. [6, 7] These tumors are soft with homogenous glistening cut surface. [8] Areas of hemorrhage and cystic change may be present. [9] Microscopically, these tumors show low to moderate cellularity and are composed of relatively uniform, small, stellate, and spindled cells set in a loosely collagenous, myxoedematous matrix with scattered vessels of varying caliber. Mitotic figures are infrequent. Although the tumor name implies abundant myxoid matrix, these neoplasms are usually only weakly positive for mucosubstances, a finding that suggests edema fluid as a major component of the non-collagenous stroma. [6] Immunohistochemically, these tumors express estrogen receptors and progesterone receptors (ER and PR), suggesting that they may be hormone dependent. The tumor cells also express vimentin, desmin, and smooth muscle actin (SMA) and are negative for S-100. [4] Ki-67 labelling demonstrates a low proliferative index. [9] The term aggressive was introduced to emphasize the locally aggressive behavior and the high potential for local recurrence. The name angiomyxoma was chosen because of the similarity to myxoma and the notable vascular component. [2] Although tumor cells show myofibroblastic phenotype, the histogenesis of tumor is poorly understood. [7] The differential diagnoses range from myxolipoma, and myxoid leiomyoma to myxofibrosarcoma, myxoid liposarcoma, and malignant fibrous histiocytoma. The distinctively striking vascular component, reminiscent of the myxoid liposarcomas, in AA helps in ruling out most of these neoplasms. The absence of lipoblasts in AA helps to differentiate it from a liposarcoma. [5] The incidence of local recurrence is 36-72%. Correlation between tumor size and subsequent risk of recurrence has not been demonstrated. [7] Accurate preoperative diagnosis should alert the surgeon to the need for wide excision for prevention of local recurrence. [7] The excision is difficult because of the infiltrative nature of the tumor, absence of well defined capsule, and the tumor having the same consistency as that of normal connective tissue. [4] In our case, the lesion being pedunculated, the excision was complete and the postoperative period was uneventful. There has been no evidence of local recurrence till date.
The criteria that reliably predict the behavior of AA are not known, and recurrences have been observed in small lesions. [8] Hence, long-term follow-up is necessary.
